In order to study the pattern of male fertility in Noonan syndrome, and its potential implications for genetic counselling, the genital tract function was studied in 11 adult males with Noonan syndrome. Bilateral testicular maldescent occurred in six. The mean testicular volume was 21 (SD 4) ml. The stretched flaccid penile length was (SD 1P2) cm. Puberty was delayed in three. Four of the men had fathered children. The LH and testosterone levels were essentially normal in all men, while the FSH levels were grossly raised in the group with testicular maldescent, with the exception of one man. Semen samples were obtained from five men, and azoospermia or oligozoospermia was present in four of them. Sexual function is not affected in men with Noonan syndrome, but the onset of sexual activity was delayed in men with late onset of puberty. Bilateral testicular maldescent appears to be the main factor contributing to impairment of fertility in men with Noonan syndrome. (J Med Geniet 1994;31:468-470) 
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The association of a characteristic facial appearance with pulmonary valvular stenosis and short stature was first reported by Noonan and Ehmkel in 1963. Noonan syndrome may be the second commonest syndrome associated with congenital heart disease after Down's syndrome. The inheritance is autosomal dominant with a high spontaneous mutation rate, and the incidence may be between 1 in 1000 and 1 in 2000 live births.2 Major systems Table 1 Clinical features in 11 
